A 3200-gm infant girl was born at term to a 22-year-old mother. The infant was noted to have marked bradycardia after the delivery and a heart rate of 45 beats per minute. An electrocardiogram examination performed at the outside hospital demonstrated complete heart block. A chest radiograph at that institution demonstrated dextrocardia. The patient was transferred to St. Louis Children's Hospital for placement of an epicardial dual-chamber pacemaker. Cardiac sonogram at the time of admission confirmed dextrocardia and demonstrated an atrial septal defect, ventriculoseptal defect, and patent ductus arteriosus, and a pacemaker was placed ( Figure 1 ). Because of persistent conjugated hyperbilirubinemia, the child was evaluated by abdominal sonogram ( 
DENOUEMENT AND DISCUSSION Left-Isomerism (Polysplenia) with Congenital Atrioventricular Block and Biliary Atresia
The patient had many malformations associated with left-isomerism (polysplenia) syndrome, including two with significant morbidity: congenital complete atrioventricular (AV) block and biliary atresia. In addition to these abnormalities, left-isomerism syndrome is associated with bilateral bilobed lungs, bilateral left-sided hilar bronchioarterial relationships (pulmonary arteries passing superior to the main stem bronchus referred to as hyparterial bronchi), transverse liver with a horizontal inferior margin, intestinal malrotation, multiple spleens, and intrahepatic interruption of the inferior vena cava with azygos (or occasionally hemiazygos continuation to the superior vena cava). Cardiac lesions are common, including those of the bilateral superior vena cava. Endocardial cushion defect and partial anomalous pulmonary venous return are also common. 1 However, unlike right-isomerism (asplenia) syndrome, the great vessels are usually normally related and pulmonic stenosis is uncommon. 1 Approximately 20% of patients with left-isomerism syndrome have congenital AV block. [1] [2] [3] Approximately 13 patients have been described in the English literature with left-isomerism syndrome and congenital AV block. Several other patients with acquired AV block and other complex bradycardias have also been described. 2, 3 Abnormalities of cardiac conduction are common in patients with left-isomerism syndrome. In these patients, the sinoatrial node is usually hypoplastic, ectopic, or absent. The coronary sinus node, which develops from the left sinus horn, 1 often takes over. The P-wave in patients with leftisomerism syndrome is abnormally superior and leftward in the frontal plane. This unusually directed P-wave may help differentiate between left-and right-isomerism syndromes. 
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Less than 5% of patients with left-isomerism syndrome have extraheptic biliary atresia. However, among patients with biliary atresia, 10% have left-isomerism. It is interesting that the extrahepatic biliary atresia seen in left-isomerism syndrome can not be differentiated from other cases of biliary atresia by presentation or by histology. This suggests that perhaps extrahepatic biliary atresia is not an acquired abnormality. 4 The particular malformations associated with left-isomerism syndrome that can affect the surgical management of patients with biliary atresia include intrahepatic interruption of the inferior vena cava with azygos (hemiazygos) continuation, preduodenal portal vein, and aberrant hepatic artery. 4 Although there is some controversy about whether these vascular malformations make the surgery for Kasai and liver transplant more difficult, it has now been established that both of these procedures can be successfully performed in a patient with extrahepatic biliary atresia associated with left-isomerism syndrome. 4, 5 
